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Cystic Fibrosis
Mahmuda Arman, Valerie Whitmire,
& Allison Wolf
IPFW Nursing
• Need a high protein and 
high calorie diet with an 
unrestricted fat intake due 
to the impaired intestinal 
absorption. 
• Improved Nutrition has 
helped to improve lung 
function.
• They need fat soluble 
vitamins in their diet 
(A,D,E,K).
• The pancreatic enzymes 
should be taken within 30 
minutes of eating.
• The powder form is used for 
infants and young children.
• The caregivers should 
prevent the children from 
inhaling the powder form 
because it can cause 
bronchospasm (acute).
• The enzyme powder is 
mixed in with cereal or fruit, 
for infants the powder is 
mixed with breast milk.
• When high fat foods are 
consumed, the child needs 
extra enzymes.
Nutritional Care
• In a woman the glands 
of the uterine cervix 
are filled with thick 
mucus and it blocks 
the cervical canal and 
prevents sperm from 
entering, possibly 
making the women 
infertile.
• Female patients may 
be able to have 
children. But need to 
be educated on the 
possible respiratory 
effects created by 
pregnancy. 
• 95% of males are 
infertile due to 
destruction of the 
epididymis, vas 
deferens and seminal 
vesicles, resulting in 
decreased or absent 
sperm production.
• In 2011 life expectancy 
was 36.8 years.
• Lung, heart, pancreas, 
and liver transplants 
can increase the 
survival rates by an 
extra 5 years.
Fertility/Life Expectancy
Growth and Pulmonary Function
• CF is caused by chronic pulmonary inflammation and 
most CF patients also have pancreatic insufficiency, 
leading to intestinal malabsorption.
• Pulmonary insufficiency and intestinal malabsorption lead 
to poor nutritional status.
• Lung disease and nutritional status are closely related in 
that weight can affect Pulmonary Function (PF) and vice 
versa.
• Weight gain leads to an improved PF and weight loss can 
accelerate the decline in PF.
• Patients 2 to 10 years of age with impaired growth lead 
long term and sometimes permanent consequences, 
particularly with height.
• At 2 years of age, gaining weight during growth can slow 
the decline in pulmonary function.
• It is important for longitudinal screening of both weight 
and height in all children with CF to prevent impaired 
growth and minimize the decline in pulmonary function.
Sleep
• Sleep for children with CF can 
be disrupted by both the 
disease characteristics and 
disease management.
• Preschool children with CF 
sleep on average 42 minutes 
less than younger children 
without CF and they tend to 
go to bed 30 minutes later 
than preschool children 
without CF.
• School-aged children with CF 
wake on average 23 minutes 
earlier and sleep on average 
23 minutes less per day then 
children without CF.
• A condition characterized by exocrine (or mucous-
producing) gland dysfunction that affects multiple 
body systems.
• CF affects Caucasian children, adolescents, young 
adults, and is the most common lethal genetic illness.
• It is an inherited autosomal recessive trait.
• The child inherits the defective gene from both 
parents who carry the gene with and overall incidence 
of 1 in 4 births.
• Sodium and Chloride content of the individuals sweat 
is 2 to 5 times greater than children without CF.
• When a parent or family member kisses 
their child they can taste the salt on their 
lips.
• The primary factor for the clinical manifestations 
resulting in obstruction caused by thick mucus gland 
secretions.
What is Cystic Fibrosis (CF)?
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